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Case report
A 58-year-old woman presented with an ill-defined erythematous plaque on volar aspect of the promixal interphalangeal 
joint of her left thumb for 3 months. The plaque (1.0 cm × 0.7 cm) was mildly elastic and tender on palpation (Figure 1). 
There was no scaling, vesiculation or ulceration. She denied previous trauma in this area. Upon physical examination, no 
regional lymphadenopathy or systemic finding was noted. An incisional biopsy of the plaque was performed.
Pathological sections showed an infiltrative, vaguely multilobular tumor in the dermis and subcutaneous fat (Figures 2A 
and 2B). It was composed of mildly pleomorphic cells in intermixing fibrous and myxoid stroma. Most tumor cells were 
spindled in shape. Some epithelioid ganglion-like cells with large nuclei and prominent eosinophilic nucleoli were also 
noted. Occasional binucleated giant cells resembling Reed-Sternberg cells were present (Figure 3A). Mitotic figures were 
rare. Dense inflammatory infiltrates including lympho cytes, histiocytes and a few eosinophils were noted in the back-
ground. The overlying epidermis showed hyperkeratosis and was otherwise unremarkable. Immunohistochemical staining 
results showed that the majority of tumor cells were positive for CD68 (Figure 3B) and CD34 (Figure 3C).
Figure 1 An ill-defined erythematous plaque over the proximal inter-
phalangeal joint of left thumb.
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Figure 2 (A) Infiltrative multilobular tumor with intermixing fibrous 
and myxoid stroma in acral skin (H&E, 40×). (B) Higher magnification 
showing spindled and epithelioid tumor cells (arrows) admixed with 
inflammatory cells (arrowheads) in myxoid background (H&E, 200×).
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Another salient feature of MIFS is the dense acute and 
chronic inflammatory infiltrate of lymphocytes, histiocytes, 
neutrophils and plasma cells in background.3 This promi-
nent inflammation can obscure its neoplastic. Hemosiderin 
deposition may also be a feature in a subset of patients.1,2
The major pathological differential diagnoses of MIFS 
include myxofibrosarcoma, superficial acral fibromyxoma, 
superficial angiomyxoma, low-grade fibromyxoid sarcoma 
and even proliferative fasciitis. No specific panel of anti-
body is available for diagnosis using immunohistochemical 
analysis, which only serves to rule out other myxoid neo-
plasms. As previously reported by Kovarik et al,4 vimentin 
was strongly positive in all lesions. CD68 was positive 
(67%) focally in large pleomorphic cells and intensely in 
cytologically bland mononuclear cells. CD34 was positive 
in 20–94% of specimens with variable staining.1,2,4
The management of this entity should take into account its 
high rate of local recurrences, which occurred in 20–70% of 
cases.1–3 Metastases to lung, inguinal lymph nodes, neck and 
base of skull with resultant death were possible although few 
in number.3 Wide excision was the major treatment modality 
in previous reports.1–3 Due to acral location of the tumor, our 
patient underwent skin grafting for wound closure.
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Diagnosis
Myxoinflammatory fibroblastic sarcoma (MIFS).
Discussion
Wide excision and full-thickness skin grafting were subse-
quently performed after the diagnosis was made. The resec-
tion margins were free of tumor cell infiltration. Follow-up 
examination 6 months after the surgery showed no evidence 
of local recurrence.
MIFS also known as inflammatory myxohyaline tumor of 
the distal extremities with virocyte or Reed-Sternberg-like 
cells, was first reported in 1998 by three groups of authors.1,2 
It is a rare myxoid soft tissue tumor typically occurring in 
the acral skin. In the series reported by Meis-Kindblom and 
Kindblom,1 64% occurred in the hands as slow-growing, 
painless and ill-defined nodules. Most (79%) of the hand 
lesions involved digits and metacarpophalangeal joints. 
In the 51 cases reported by Montgomery et al,2 none of the 
lesions was on the trunk, head/neck or within body cavities. 
The acral location of the lesion in our patient is an impor-
tant diagnostic feature of this entity.
Upon microscopic examination, MIFS is characterized 
by its vaguely multilobular configuration and poorly cir-
cumscribed while frequently infiltrating the subcutaneous 
adipose tissue. Several features distinguish it from other soft 
tissue tumors. First, there are prominent paucicellular and 
poorly vascularized myxoid zones with an abrupt transition 
between the solid tumor areas and the myxoid pools.1 Sec-
ond, within the myxoid stroma, there are gigantic rounded, 
epithelioid or spindled cells, possessing vesicular nuclei 
and prominent macronucleoli.2 Third, some myxoid stroma 
may show ganglion-like, lipoblast-like or binucleated Reed-
Sternberg-cell-like features. Fourth, mitotic figures in these 
tumor cells are minimal, and the entity is considered a low-
grade sarcoma.1
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Figure 3 (A) Binucleated epithelioid giant cell resembling Reed-Sternberg cell (H&E, 400×). (B) Positive CD68 staining of ganglion-like and spindled 
tumor cells (CD68, 400×). (C) Positive CD34 staining of ganglion-like and spindled tumor cells (CD34, 400×).
